The etiology of purpura in Sjögren syndrome (SS) includes cryoglobulinemia, hypergammaglobulinemia, and leukocytoclastic vasculitis (LCV). The clinical symptoms of LCV associated with SS comprise palpable or nonpalpable purpura and urticarial vasculitis. Here, we report a case of LCV presenting as erythema gyratum repens (EGR)-like purpura in a 62-year-old woman with rheumatoid arthritis and SS. EGR-like skin lesions, characterized by annular lesions with expanding concentric pattern and coalescing to form a zebra-like pattern or grain of wood pattern, can appear in various autoimmune conditions; however, EGR-like eruption in SS is extremely rare. On the basis of the expansion pattern, we considered that the EGRlike purpura in this case was elicited by urticarial vasculitis accompanied by SS.
Introduction
Erythema gyratum repens (EGR)-like skin lesions, characterized by centrifugal eruption, can appear in various autoimmune conditions. Herein, we report a case of leukocytoclastic vasculitis (LCV) presenting as EGR-like purpura in a patient with Sjögren syndrome (SS). EGR-like purpura in this case may have been elicited by urticarial vasculitis accompanied by SS.
Case Report
A 62-year-old woman consulted our department for a curious purpura demonstrating centrifugal expansion. Although she had been diagnosed as having rheumatoid arthritis and prescribed methotrexate (8 mg/week), this treatment was discontinued because of side effects, leading to stomatitis and inappetence. One month before her visit to another clinic, bizarre purpuric eruptions appeared. Treatment with oral prednisolone (40 mg/day) was started for the lesions. She was successfully treated with the oral steroid; however, purpura recurred after reducing the drug. When she was first seen in our hospital, the treatment with oral prednisolone (20 mg/day) was restarted. Physical examination revealed concentric purpuric patches and plaques on the lower limbs and the buttock (Fig. 1a) . The purpura expanded centrifugally to form patch or plaques and some of them coalesced to form a zebra like pattern (Fig. 1b) . The color of the concentric annular purpura sequentially turned from reddish purple to dark purple and then to yellowish brown (Fig. 1b) . Erythema, papules, or wheals had never been observed in the course of the eruptions. A biopsy specimen taken from a purpuric patch revealed perivascular infiltration of a few neutrophils, nuclear dust, extravasated red blood cells, and swelling of the endothelial cells in the papillary dermis ( Fig. 1c) , suggesting the presence of LCV. Immunofluorescence studies showed no deposition of immunoglobulins or complements in the vessel walls. Laboratory examination revealed positive antinuclear antibody (specked pattern with titer 1/80), positive anti-SS-A and anti-CCP antibody, increased erythrocyte sedimentation rate (109 mm/h), and high IgG titer (2,080 mg/dL; normal, 870-1,700 mg/dL). Serum C3 and C4 concentrations were normal and no cryoglobulin was detected. Immune complexes (C1q) and antineutrophil cytoplasmic antibodies(c-ANCA, p-ANCA) were within the normal ranges. No bleeding lesions were observed by endoscopy, and no malignant tumor was observed by CT scan. The Schirmer test and the fluorescent test in both eyes as well as the chewing gum test were positive.
A lip biopsy specimen showed prominent infiltration of lymphocytes around the labial salivary ducts. Based on these finding, it was decided that the bizarre purpuric eruption in this patient was caused by LCV complicated by rheumatoid arthritis and SS. The dose of systemic steroids was increased to 20 mg/day and the skin lesions completely resolved within one month and a half, leaving brown pigmentation. The dose was tapered thereafter without relapse. The skin lesions have not relapsed for 17 month with prednisolone 5 mg/day.
Discussion
Purpura is one of the major dermatologic manifestations of SS [1] . The etiology of purpura in SS includes cryoglobulinemia, hypergammaglobulinemia, and LCV. The laboratory test for the present case detected no cryoglobulin, suggesting that the purpura in this patient was not caused by cryoglobulin. The patient had hypergammaglobulinemia; however, the titer of serum gamma globulin was slightly elevated. The hypergammaglobulinemic purpura was induced by serum hyperviscosity due to a high IgG titer. The characteristic clinical feature of hypergammaglobulinemic purpura is brownish pigmentation [2] . The laboratory findings and clinical manifestation indicated that the etiology of purpura in this case was not hypergammaglobulinemia. The clinical symptoms of LCV associated with SS comprise palpable or nonpalpable purpura and urticarial vasculitis [1] . Although our patient showed spot-sized purpura, the eruption had an expanded concentric pattern and coalesced to form a zebra-like pattern or grain of wood pattern (Fig. 1a) . Urticarial vasculitis is a clinicopathological entity characterized by urticarial erythema with LCV. There are rare case reports of urticarial vasculitis presenting clinically as EGR-like eruption [3, 4] . Additionally, a case of EGR-like erythema in a patient with SS has been reported [5] . On the basis of the expansion pattern and the distribution of the skin eruptions, we considered that the EGR-like purpura in this case was elicited by urticarial vasculitis accompanied by SS. The skin lesions of urticarial vasculitis include wheals, erythema, purpura, and pigmentation, whereas the eruptions in this case exclusively consisted of purpura. The patient received systemic steroid for the treatment of her rheumatoid arthritis. Application of systemic steroid might contribute to the abrogation of erythemas or wheals.
The conditions to be considered in the differential diagnosis of annular purpura include the following: erythema annulare centrifugum, erythema marginatum rheumaticum, and Majocchi disease. Erythema annulare centrifugum is an erythematous disorder characterized by annular erythema without scale. However, purpura caused by leukocytoclastic angiitis is never associated with this skin disorder. Erythema marginatum rheumaticum manifesting as erythematous annular papules is followed by rheumatic fever due to group A streptococcal infection. These erythematous disorders were distinguished by histologic examination and past history in this case. Majocchi disease is a form of pigmented purpuric dermatosis characterized by papular telangiectasia and annular purpura. The dermatologic examination revealed annular purpura in the lower extremities of this patient, thus Majocchi disease should be differentiated from the purpuric lesions in the present case. The purpura in this case showed a concentric pattern, whereas purpura in Majocchi disease never expands centrifugally. Moreover, papular or macular telangiectasia were not observed in this case. These clinical features allowed us to exclude the diagnosis of Majocchi disease.
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The authors have no conflict of interest to declare. Fig. 1 . a Concentric annular purpura in the lower extremities. b In left thigh, the lesions were formed as circinate purpura and presented scarlet, dark purple, and light yellow from the proximal edges. c Extravasation of erythrocytes and nuclear dust associated with endothelial cell swelling were observed at histologic examination. Hematoxylin-eosin. Scale bar, 100 μm.
